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Risk of Cardiac Events During the
Postpartum Period Among Women
With Treated Type 2 Long QT Syndrome
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n patients with long QT syndrome type 2 (LQT2)

the postpartum period is considered a high-risk

window for arrhythmias' with the first 9 months
postpartum associated with 2.7- to 4.1-fold increased
risk of experiencing a cardiac event (CE) when
compared with preconception time.' Therefore, the
postpartum period has generated anxiety and fear
of pregnancy for these patients.

In this Mayo Clinic Institutional Review Board-
approved study, we reviewed patients evaluated be-
tween July 2000 and December 2023 to identify
women with LQT2 who went through their pregnancy
and postpartum period (first 9 months after delivery)
followed at in our clinic, to describe their manage-
ment and outcomes.

Patients were risk stratified during pregnancy us-
ing previously established long QT syndrome (LQTS)
risk stratification models.” Patients were classified as
low, intermediate, or high risk for the postpartum
period based on QTc and symptomatic status
(Figure 1A).

A retrospective analysis of 581 LQT2 patients
identified 30 pregnancies in 22 women, diagnosed
before their first pregnancy (mean diagnosis age: 23 +
8 years; mean age at childbirth: 30 + 6 years)
(Figure 1B). Pre-emptive treatment intensification

during pregnancy was guided by individualized risk
assessment and shared decision-making. Preventive
measures emphasized avoiding QT-prolonging drugs,
maintaining electrolyte balance, managing fevers,
and ensuring medication adherence. For those
without an implantable cardioverter-defibrillator
(ICD), a home automatic external defibrillator was
advised (Figure 1A).

Among 13 low-risk  postpartum  periods
(10 women), 4 pregnancies maintained the same
treatment postpartum—1 woman remained off ther-
apy and 3 continued the same beta-blocker (BB) dose.
For 9 pregnancies, treatment was intensified:
3 women initiated nadolol, and 6 had increased BB
doses. Three of the 10 women (30%) had an ICD. For
the 9 intermediate-risk postpartum periods
(7 women), 1 patient remained on ICD monotherapy
due to BB intolerance. Nadolol was added in 2 cases: 1
to ICD monotherapy, the other to a combination of
atrial pacing (AP) and left cardiac sympathetic
denervation (LCSD). Five women had optimized BB
doses, LCSD was performed in 1 woman, and 2 pa-
tients used a life vest. One of the 7 women had an ICD
before pregnancy. Eight postpartum periods
(8 women) were classified as high risk. Five women
had prior CE. Treatment strategies included
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FIGURE 1 Rec dations and M g of Postpartum Period in LQT2
A Recommendations for LQT2 Women for the Postpartum Period
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Number of female patients, n 22
Number of pregnancies, n 30
Mean age at delivery, years + SD 30+ 6
Average QTc during pregnancy, ms + SD 489 + 34
ICD, n (%) 10 (45)
Cardiac events prior to the first postpartum period, n (%) 5 (23)
Treatment Intensification for Postpartum Period
Low risk postpartum, n (%) 13 (43)
Kept on the same treatment 430D
BB initiated or dose increased (1.5-2 mg/kg) 9 (69)
Intermediate risk postpartum, n (%) 9 (30)
Kept on the same treatment 1(1D)
BB initiated or dose increased (1.5-2 mg/kg) 7 (88)
LCSD 1 (1D
High risk postpartum, n (%) 8 (27)
Kept on the same treatment 1(12)
BB initiated or dose increased (1.5-2 mg/kg) 4 (50)
Mexiletine 2 (25)
Atrial pacing 2 (25)
Cardiac Events during Postpartum Period
Average QTc during postpartum period, ms + SD 490 + 34
BCE during postpartum period, n (%) 1(3)
(A) The overall recommendations for the postpartum period in women with long QT syndrome type 2 (LQT2). (B) Demographics and
pre-emptive treatment intensifications for women with LQT2 during the postpartum period. AED = automatic external defibrillator;
BB = beta-blockers; BCE = breakthrough cardiac events; ICD = implantable cardioverter-defibrillator; LCSD = left cardiac sympathetic
denervation.

continued triple therapy (nadolol, AP, LCSD) in 1 pregnancy. One declined ICD placement and was
case, initiation/dose adjustment of nadolol in 4 managed with nadolol and mexiletine.

postpartum periods, addition of mexiletine in 2, and Across all 30 pregnancies and postpartum periods,
initiation of AP in 2. Seven women had ICDs before only 1 CE occurred—an ICD shock in a 21-year-old
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high-risk patient during the second postpartum
month. No CE occurred during labor/delivery, which
proceeded based on obstetrical indications. Cesarean
sections were not mandated solely for LQT2, and all
patients were encouraged to breastfeed. QTc
intervals remained stable (489 + 34 ms during preg-
nancy vs 490 + 34 ms during the 9 months of post-
partum; P = 0.90; paired t-test). Two postpartum QTc
values were missing and excluded from analysis.
After the postpartum period, treatment
de-escalated in 20 of intensified cases (83%),
returning to prepregnancy regimens. Four patients
maintained intensified therapy based on updated risk
assessments and personal preference.

Although most women with LQTS have a reduced
risk for arrhythmias during pregnancy, the risk
dramatically increases during the 9-month post-
partum period for women with LQT2.' Importantly,
unlike the postpartum period for LQT2 patients,

was

pregnancy and labor do not increase risk for patients
with LQTS in general.' Therefore, pregnancy, labor,
and delivery should be navigated according to
obstetrical criteria without adjustments due to a
LQTS diagnosis. Moreover, all strategies for pain
relief, from natural to epidural, during labor/delivery
are “QT acceptable” for treated LQTS patients. In
fact, in this cohort, there were no CEs during preg-
nancy or labor/delivery.

Focusing on the postpartum period, this study
provides valuable insights into the management and
outcomes in this population. Herein, we showed
different treatment options that can be pursued for
these patients, including BB optimization, initiation
of adjunctive therapies, which have proven to be
effective for LQT2, such as the addition of mexiletine
and/or AP for moderate- to high-risk patients.® Based
on this, for most of these women, their LQT2-
directed therapies were escalated to provide an
additional layer of protection during the LQT2
arrhythmic risk period. Of note, the use of BB
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(nadolol or propranolol) and mexiletine during
pregnancy and breastfeeding are not expected to
cause any adverse effects in fetal or breastfed
infants.*®> Treatment adherence and breastfeeding
should therefore be encouraged in LQT2 women.

Although the postpartum period is traditionally
regarded as a “high risk” window for women with
LQT2, when contemporary therapies and pre-
emptive treatment intensification are appropriately
implemented, the actual risk of a LQT2-triggered CE
is very low. These findings highlight the critical
importance of regular risk assessment in LQTS pa-
tients, enabling clinicians to anticipate potential
risks and optimize treatment strategies to ensure safe
postpartum outcomes for women with LQT2. These
data should reduce unnecessary anxiety surrounding
pregnancy and the postpartum period for these
women.
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